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4 had a cavum vergae and cavum septum pellucidum. I t i s s i g n i f i c a n t t h a t 5 o f t h e 6 p a t i e n t s had developmental delay,and 4 had head circumferences >97th p e r c e n t i l e w i t h o u t r a d i o g r a p h i c evidence o f gross hydrocepfialus. Two o f t h e p a t i e n t s w i t h l a r g e head circumferences were thought t o have cerebral gigantism. To determine t h e background frequency o f cavum vergae i n c h i l d r e n w i t h o u t apparent neurologic abnormality, we reviewed 50 CT scans o f t h e b r a i n i n c h i l d r e n between 4 months and 5 years o f age whose CT scans were done f o r head trauma and found no cases o f cavum vergae. These observations suggest t h a t cavum vergae can be associated w i t h n e u r o l o g i c d y s f u n c t i o n and macrocephaly. 
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Diet-induced Zn d e f i c i e n c y i n pregnant r a t s i s known t o cause cong. malfs. i n 90-100% o f t h e i r progeny, some 3% having spina bifida(SB).Mothers o f c h i l d r e n w i t h SB have been r e p o r t e d t o have h i g h concentrations o f h a i r Zn. Recent UK claims suggest v i t a m i n A/fol i c a c i d periconceptional supplementation d r a m a t i c a l l y reduces t h e r a t e o f recurrence o f NTDs i n women a t risk.Because a n imal data have e s t a b l i s h e d a c o n s i s t e n t r e l a t i o n between low plasma v i t a m i n A and Zn d e f i c i e n c y , we s t u d i e d t h e Zn s t a t u s o f women w i t h a NTD fetus.Toenai1 c l i p p i n g s obtained mostly between 18-24 wks g e s t a t i o n provides a v a l u a b l e r e t r o s p e c t i v e assessment o f mat e r n a l Zn s t a t u s i n t h e months p r i o r t o & around t h e periconcept i o n a l period.Zn analyses o f t o e n a i l s were performed by neutron a c t i v a t i o n a n a l y s i s on 35 p a t i e n t s . Using an animal model, we freed rat fetuses from the uterus without disturbing the placental implantation site. The fetuses were allowed to reside in the peritoneal cavity, either within intact membranes (with amniotic fluid), or outside of the fetal membranes. Untouched littermate fetuses served as controls. The surgery was performed on either days 17, I8 or 19 of gestation and the outcome was analyzed at term (i.e. 2,3, or 4 days later). The fetuses were then killed, photographed and body, lung, liver, brain and placenta weights recorded. Total lung DNA was determined. Results: Extra-uterine fetuses with intact membranes were in all respects indistinguishable from littermate controls. Extra-uterine and extramembranous fetuses weighed slightly less than controls, all had thin, shiny skin with webs and contractures of multiple joints. After correction for body weight, only their lungs weighed significantly less (pc.01) and contained less DNA (pc.02).
Lung DNA per gram of fetal weight was less (p<.05).
The difference was even more significant following surgery on days 17 and 18.
This animal model highlights the protective role of the amniotic environment and suggests that lung hypoplasia is a major cause of neonatal death in human abdominal pregnancy. Males with Down syndrome have been reported with cryptorchidism and hypospadias but not with frankly feminine external genitalia. We report such a patient. The 3020 g. white infant was the product of a full-tern pregnancy in a 33-year-old gravida 2 para 1 mother and was noted to have dysmorphic features consistent with Down syndrome.
Newborn examination by a pediatrician revealed a phallus 2 cm in length with urethral opening at its base (apparent clitoromegaly) and separate labial-scrota1 folds with palpable masses (apparent testes). Systolic blood pressure was 54 mm Hg and serum sodium and potassium were 139 and 4.8 mEq/L, respectively. All concerned agreed that sex of rearing would be female.
Subsequent data included a karyotype of 47, XY + 21. Plasma cortisol and serum testosterone at 8:00 a.m. were 4.2 mcg/dl and 29 mg/dl, respectively. Following the stress of venipuncture, a p.m. ACTH was 114 pg/ml and cortisol was 5.8, which increased to 43.1 mcg/dl 60 minutes after I.V. infusion of Cortrosyn.
Diagnostic considerations exclude the rare, non-virilizing forms of congenital adrenal hyperplasia, but include a 17,20-desmolase enzyme defect in adrenal and testes. Alternatively, the ambiguous genitalia in this male patient may result from gonadotropin deficiency, or yet another rare congenital malformation association with the Down syndrome. To our knowledge, none of these associations have previously been reported. recently damnstrated by immmofluorence microscopy antibody deposition in a t r i a l i n t e r s t i t i a l tissue of an infant with f a t a l congenital heart block (CHB) . Light microsropy s h d extensive i n f l m t i o n , calcification and scarring in the a t r i a l septm which aocounted for p-ture closure of the f o r m ovale and CHB. By electron microscqy no discrete deposits e r e found suggesting a diffuse d i s p r s i o n of i n t e r s t i t i a l antibody.
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mther and infant b t h had elevated serum levels of antinuclear a n t i w i e s . This new observation provides evidence that placent a l transnitted antitodies may act directly on cardiac tissue to produce CHB and supports the report by Scott e t a1 who found antikcdies to r b n u c l m p r o t e i n antigen in 34 of 41m+hers of infants with isolated CHB.
From our experience with three patients dying with CHE and review of the literature w p s t u l a t e that maternal mnnective tissue disease b t h -tic and aqmptmatic may result in placental transfer of antlbodies which can a c t directly on the f e t a l cardiac tissue leading to: (1) CHB in the infant; (2) cardiovascular defects s~?ch a s a t r i a l septa1 defect, patent ductus arteriosus, o r puhmnary valve dysplasia; and (3) f e t a l myccardial damage which m y result in l a t e onset congestive cardicmyopathy. This paper describes omphalocephaly in chick embryos surviving
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